SUMMARY A 41 year old man presented with cyanosis and progressive shortness of breath. Cardiac angiography showed absent central pulmonary arteries, ventricular septal defect, and a fistula between the left coronary artery and pulmonary artery. Most of the blood reaching the lungs came through this fistula. An attempt at surgical palliation was unsuccessful.
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Obstruction of the right ventricle, right ventricular outflow tract, and pulmonary arteries was seen in about 25-30% of all congenital heart defects.' There is a range of abnormalities in pulmonary atresia with ventricular septal defect-from valve atresia to absent central pulmonary arteries (truncus type IV).'
The course and presentation are varied and there are many surgical treatment options. These defects can present in the first few weeks of life as severe cyanosis and acidosis, as in those infants in whom the pulmonary flow is derived mainly through the ductus arteriosus, or in later life when patients outgrow their well developed aortopulmonary collaterals.
We report an unusual case of a man of 41 who, despite having no central pulmonary arteries, a ventricular septal defect, and a coronary arterypulmonary artery fistula, had minimal symptoms. procedure if the pulmonary artery is large enough or as a two stage procedure in which a systemic to pulmonary shunt is constructed to allow the pulmonary artery to grow. In patients with truncus type IV defect, the collateral vessels should be included in any attempt at correction.
The presence of a coronary artery-pulmonary artery fistula increases the risk of myocardial ischaemia. Life expectancy in these patients is further shortened by bacterial endocarditis, dissection embolisation and rupture of the fistula, or congestive cardiac failure and pulmonary hypertension. Early surgical intervention is recormended for this condition.'
In our patient there were no murmurs despite the coronary artery-pulmonary artery fistula. This was probably an indication of a considerable increase in pulmonary vascular resistance. Because of the features noted above and the longstanding cardiac defect in our patient, we planned only to disconnect the fistula from the coronary circulation and to reconstruct a pulmonary systemic shunt. The absence of a sizeable distal pulmonary artery, however, precluded any shunting. In the presence of adequate resources, he might be a candidate for cardiopulmonary transplantation. Nevertheless, he has survived 41 years with minimal symptoms while receiving pulmonary blood through the coronary artery fistula. 
